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CONGENITAL PERICARDIAL DEFICIENCY
WITH OTHER ANOMALIES
REPORT OF A CASE WITH NECROPSY FINDINGS*
DANIEL S. EGBERT AND SHERMAN LITTLE
This report concerns a newborn infant that lived 18 hours and
in whom there were a number of interesting and very unusual con-
genital anomalies, the most striking of which was a practically com-
plete deficiency of the right half of the pericardium. Description
of a similar condition has not been found in the literature.
CASE REPORT
Baby K., number A34,484, white male, weighing 1925 grams was born
of Polish parents June 24, 1934. The Kahn test of both the father and
mother was negative. The mother's age was 40 years, the father's 52 years.
There had been an interval of five years since the last pregnancy; all six of
the previous pregnancies had resulted in normal children. Prior to the onset
of this pregnancy, the mother's menstrual periods had been -irregular and
profuse. This had been interpreted as the onset of the menopause. Preg-
nancy itself was uneventful; the abdomen was thought to have been
unusually large.
Delivery was effected by breech extraction four hours after artificial rup-
ture of the membranes. When the membranes were ruptured several liters
of amniotic fluid are said to have escaped.
The placenta was small, thin, and contained multiple infarcted areas. The
cord contained several large cysts filled with cloudy yellow fluid.
The significant physical findings at birth were that the right side of the
chest bulged and there was a visible pulsation in the fourth interspace just
inside the nipple line. The rest of the examination of the heart revealed
nothing unusual. There were no thrills or murmurs and the sounds were
of good quality. The lungs were clear except for poorly transmitted breath
sounds. The liver was felt on the right side. The spleen could not be felt.
The child lived 18 hours and was continuously cyanotic. There was
moderate spontaneous bleeding from the cord and mouth.
The clinical diagnosis was dextrocardia with multiple congenital anomalies.
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Necropsy
There were multiple congenital anomalies present. The right ear was
represented only by a few tags of tissue 5 to 10 mm. in diameter, the largest
of these appearing to represent the lobule. The external auditory meatus
was not present. The left ear was fairly well formed but was somewhat
smaller and its edges were slightly thinner than usual. The lips were well
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formed. There was a complete cleft of the hard and soft palates. A
moderate talipes valgus was present on the right side. Both testes were
undescended, the right being situated at the internal inguinal ring and the
left in the inguinal canal 2 cm. below the internal ring. The mesentery
was unattached to the ascending portion of the colon; the transverse and
descending portions of the colon had their usual peritoneal relationships. A
rather marked scoliosis of the spine was present due to a malformation of the
12th thoracic vertebra. The left part of this vertebral body was fairly well
developed with a center of ossification present, but the right half was imper-
fectly formed so that there was a fusion of the intervertebral cartilaginous.
discs above and below.
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The left half of the pericardium was intact and attached to the sternum
in the usual manner. The right half of the pericardial wall was almost
entirely missing so that the heart and the right lung lay together in the right
pleural cavity (see figure). At one point just below and posterior to the
pulmonary vessels on the right side, there was a slight infolding of the pleura
for about 5 mm. which apparently represented a rudimentary development
of the pleuro-pericardial wall. The heart itself was swung to the right into
the right pleural cavity producing some torsion of the great vessels. The
cavities of the heart and the valves were not unusual. There was a patent
foramen ovale which measured 6 mm. in diameter and there was a widely
patent ductus arteriosus. The diaphragm was intact.
Comment
Defects in the right half of the pericardium are rare. In a
review of general pericardial deficiencies, Moore5 was able to find
64 cases in the literature up to 1925. As far as he was able to
determine, the pericardial deficiencies were all left-sided except for
that reported by Risel in a stillbirth. In this fetus there was a
large defect in the pericardium on the left side and a smaller defect
on the right. The pericardial anomalies in the cases collected by
Moore are stated to have been discovered accidentally at necropsy
and in no instance was the anomaly regarded as responsible for death
or even as having exerted a significant influence.
Since Moore's contribution in 1925, four more cases have been
reported (Grant4, Beck', Watt' and Chiodin2). In the cases of
Beck and Chiodin there were deficiencies in both the right and left
halves of the pericardium so that the heart lay in a common serous
cavity with the right and left lungs. Beck's patient lived to be 56
and Chiodin's 64 years of age.
In none of the reports which we have found is mention made
of any right-sided deficiency occurring without a corresponding
involvement of the left side. It is interesting that all the anomalies
in the case here reported except that of the palate, are on the right
side.
Since the embryology of the pericardium is described by Moore5
and is also given in detail in a study by Elliott3, it will not be con-
sidered here.
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Summary
A dinical case report with anatomical findings is presented of a
newborn infant having numerous congenital anomalies including a
type of pericardial deficiency apparently not hitherto described.
This pericardial anomaly consisted of a lack of development of the
right half of the sac, causing the heart to lie in the right pleural
cavity.
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